mary lymphedema (clinical classification). 



Diagnosis p fequency »o«t 

{% of all primary forms) 



Congenital (onset <2 years after 6-12 
birth) 

Familial, autosomal dominant 

(Nonne-Milroy disease) 
familial, non-dominant 

inheritance 
Sporadic (most common 

congenital form) 

Lymphedema precox (onset 77-94 
between 2-35 years) 
Familial, autosomal recessive 

(Meige disease) 
Sporadic (83-94% of all 
lymphedema precox) 



Lymphedema tarda (onset after 1 1 
35 years of age) 







/A 






Functional Classification of Primary Lymphedema 






Distal 

Obliteration (80%) 


Proximal Obliteration 
(10%) 


Hyperplasia* 

(10%) 


Gender 
Onset 

Time 

Location 

Progression 
Family history 


Female 
Puberty 

Ankle; bilateral 
Slow 

Frequently positive 


Male or female 
Any age 

Whole leg, thigh; 

unilateral 
Rapid 
None 


Male or female 
Congenital 

Whole leg; unilateral or 

bilateral 
Progressive 
Frequently positive 



Adapted from Browse NL' The diagnosis and management of primary lymphedema. J Vase Surg 3: 18!. 1986. 
*With or without reflux of chyle. 



Secondary lymphedema. 



Blockade at the level of the lymph node 
Regional lymph node dissection 

Axillary {post-mastectomy lymphedema) 

Pelvic and para-aortic (leg and groin lymphedema) 

Neck {head and neck lymphedema) 
Neoplastic disease 

Hodgkin lymphoma 

Metastatic cancer 

Prostate cancer 

Cervical cancer 

Breast cancer 

Melanoma 

Disruption or obliteration of lymphatic channels 
Surgery, e.g. ilio-femoral bypass 
Direct injury, e.g trauma of the medial aspect of the 
thigh 

Radiation-induced fibrosis 

Neoplastic infiltration of lymphatic channels 

Rheumatoid arthritis 

Filariasis 

Recurrent infection, e.g. erysipelas 



Lymphangiographic Patterns 

Normal vs. Primary Lymphedema 



Normal 



Iliac 
nodes 

Inguinal 
ligament 

Inguinal 
nodes 



Obliteration 
(92 per cent of patients) 



Hyperplasia 
(8 per cent of patients) 





Distal Distal and Pelvic Bilateral Megalymphatics 
obliteration proximal obstruction hyperplasia 
obliteration (abnormal 

thoracic 

duct} i 
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Human Lymphoscintigraphy 
Right Lower Extremity 



Pre-VEGF2 Post-VEGF2 




Ultrasound Imaging of Intra- Muscular 
VEGF-2 Gene Transfer: Lymphedema 




FLT-4 sitive Ab 



FLT-4 nec^tive Ab 
(MOPC^ iitiveAb) 
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